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Noonan Syndrome With Complete Atrioventricular
Canal Defect With Pulmonary Stenosis
Akshyaya K. Pradhan, MD, DM,* Saurabh Pandey, MBBS,y Kauser Usman, MD,z
Manoj Kumar, MD,x Renu Mishra, MDz
Lucknow, Indian 18-year-old girl with short stature presentedwith a history of fever, dyspnea, and cyanosis.AShe had clubbing, hypertelorism, prominent epicanthus, bilateral anotia, micrognathia,webbed neck, and pectus carinatum (A). Her karyotype was normal (B). Two-dimensional
echocardiography showed common atrium (CA) and common atrioventricular valve (CAV) with
severe regurgitation and large ventricular septal defect (*) (C and D, Online Videos 1A, 1B, and 2).
Color Doppler echocardiogram revealed severe pulmonary stenosis (E and F, Online Video 3).
A 64-slice multidetector computed tomography (CT) of the heart in coronal reformatted
image revealed cardiomegaly, CA, ventricles (left ventricle [LV] and right ventricle [RV]) with large
ventricular septal defect (AC***) lying posteriorly and dilated arch of aorta (Ao) (G).Volume-
renderedCT images revealed superior vena cava (SVC) draining into theCAand lying anterior to the
ascending aorta (AAo), dilated main and left pulmonary artery (LPA) (H). Axial contrast-enhanced
CT images revealed compressed right pulmonary artery (RPA) with dilation of LPA, descending
aorta (dAo) lying on right side and in front of the inferior vena cava (IVC) (I).
